Disorders
involving hyper-oligosacchariduria have in the last few years become of increasing interest. Patients with these diseases exhibit many of the features of the mucopolysaccharide storage disorders: skeletal changes, psychomotor retardation, peculiar facial appearance, and organomegaly. An inherited lysosomal enzyme defect leads to an accumulation of complex carbohydrates and to a specific urinary excretion pattern characteristic of incomplete glycoprotein catabolism (1) . These disorders include the mucolipidoses (2), mannosidosis (3), fucosidosis (4), and aspartylglycosaminuria
(5).
Obviously, laboratory screening for these disorders in selected populations is beneficial. To date, methods based on thin-layer chromatography (TUC) have been reported (6) (7) (8) ;
however, each of these fails to detect at least one of the disorders. Because a system whereby all of these disorders could be distinguished would be highly advantageous, I have de- 
Materials and Methods
Complete 24-h urine collections from all patients and controls were supplemented with a few drops of toluene as a preservative and kept frozen at -20 #{176}C until required. Full clinical data were obtained from the physician referring the patient.
Portions of urine (about 10 mL) were centrifuged (Laborfuge II; Christ-Heraeus GmbH, Osterode am Harz, F.R.G.) at 3000 rpm at room temperature for 10 mm and then decolorized by filtration through filter paper with a charcoal insert (no. 508; Schleicher and Schull, Dassel, F.R.G. The void volume was 41 mL, the flow rate 10 mU/mm; 5-mL fractions were collected. I determined neuraminic acid in each fraction by the method of Warren (10) after hydrolyzing at 80 #{176}C for 1 h in 50 mmol/U sulfuric acid.
Standard sugars were obtained from Sigma GmbH, Munich, F.R.G. The R1 values (with respect to raffinose) of the major oligosaccharide bands are given in Table 1 . by the first peak that is at least 40-fold that of the control.
Results
Because the exclusion limit of the gel is 6000 daltons, I conclude that the neuraminic acid content of the first peak is from oligosaccharides of high molecular mass and demonstrates the excessive excretion of such materials in mucolipidosis II.
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Discussion
Palo and Savolainen (ii) first reported the use of oligosaccharide excretion to detect a storage disorder. They used a one-dimensional TLC procedure to screen for aspartyiglycosaminuria. This method was later used to detect the abnormal oligosacchariduria in mannosidosis, fucosidosis, and GM1 gangliosidosis (6 Sand Nas in Fig. 1; AT In conclusion, the system herein described has been most beneficial in diagnosing patients suspected of having an ohgosaccharide-storage disorder. Although this routine TLC method is not very rapid, speed is sacrificed to obtain a better separation and thus a more unequivocable result. The gel filtration procedure, used when excess sialyloligosacchariduria is suspected on clinical grounds, requires about 24 h. The patterns observed in this system are not taken as independent
